[Familial neural mitochondrial deafness].
Mitochondrial abnormalities are known to cause several neurological syndromes that often include hearing loss as one of their features. We present two brothers with mitochondrial cytopathy and hearing loss. The audiological and electrocochleographic findings suggest a neural origin for the hearing impairment. Muscle biopsy is an important tool for the diagnosis of these syndromes in patients with audiological evidence of a bilateral neural hearing loss and neurological abnormalities.